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Background:  Quadricuspid aortic valve (QAV) is a rare congenital anomaly. It is most commonly associated with aortic regurgitation 
(AR), which can lead to left ventricular (LV) dilation and heart failure (HF). The treatment of QAV with HF is challenging in the pediatric 
population.
case:  A 10-year-old girl was brought to us for investigation of a newly detected murmur during her annual exam. The patient is completely 
asymptomatic. An echocardiogram showed a QAV with severe AR (figure). The LV was severely dilated with an ejection fraction of 20%. 
Cardiac magnetic resonance imaging confirmed the findings. The aortic root and aorta were not dilated.
decision Making:  Our main therapeutic challenge was choosing the optimal surgical intervention. The options were (i) aortic valve 
(AV) repair; (ii) AV replacement (mechanical [compliance issues and menstrual bleed] or bioprosthetic [short half-life in the young]; (iii) 
Ross procedure; or (iv) heart transplantation. We opted that AV “tricuspidization” via a surgical repair would be the best alternative due 
to the long term deleterious effects and poor outcomes of the other options. The patient underwent successful AV repair with no residual 
regurgitation.
conclusion:  This case demonstrates the value of adequate physical examination during annual clinic visits, which could have halted this 
patient’s progression to severe HF. More importantly, it exhibits the challenges in managing congenital valvular anomalies with resultant HF 
in the pediatric population.
